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Introduction 
Approximately 10% of patients who undergo operation for
hepatic hilar strictures are found to have benign disease
[1–3]. The term ‘malignant masquerade’ was coined by
Hadjis and colleagues [1] to emphasise how this condition
can be indistinguishable on clinical or radiological grounds
from cholangiocarcinoma. This report presents an unusual
example of malignant masquerade at the hepatic hilum.
Case report
A previously well 50-year-old Caucasian woman presented
with a 1-week history of epigastric pain, nausea and vomit-
ing. Examination was unremarkable apart from some mild
right upper quadrant tenderness.
Laboratory investigations showed an elevated serum
bilirubin of 61 µmol/L (normal 2–20), gamma-glutamyl
transferase (GGT) of 321 U/L (normal <50), alkaline
phosphatase of 224 U/L (normal 25–120) and alanine
amino transferase (ALT) of 245 U/L (normal 7–45). The
full blood count, including the eosinophil count, was nor-
mal. The gallbladder was not visualised with ultrasound,
but a dilated common bile duct (14 mm diameter) was
seen. Endoscopic retrograde cholangiopancreatogram
(ERCP) demonstrated an eccentric common hepatic duct
stricture consistent with malignancy (Figure 1). A 10-Fr
biliary stent was placed. Magnetic resonance imaging
(MRI) demonstrated a 2-cm stricture of the common
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Background
A variety of causes of inflammatory bile duct stricture can
masquerade as hilar cholangiocarcinoma . Eosinophili c
cholangitis is a further example.
Case outline
A 50-year-old woman with epigastric pain and deranged
liver function was found to have a stricture of the common
hepatic duct on ERCP with an associated mass on MRI.The
lesion was excised with reconstruction of the right and left
hepatic ducts, and the patient recovered well. Histo-
pathological examination of the resected gallbladder and
bile duct showed diffuse inflammation with a predominant
eosinophil infiltrate.The presence of Candida albicans in the
bile duct lumen can probably be attributed to the pre-
operative biliary stent.There was a modest postoperative
rise in peripheral eosinophil count.
Discussion
A literature search reveals only six previous cases of
eosinophilic cholangitis , but similar infiltrates have also
been seen in occasional cholecystectomy specimens. As
the present patient did not have gallstones, the aetiology
remains unclear. Peripheral eosinophilia is an unreliable
clue to the diagnosis , which is usually likely to escape
detection until the biliary stricture has been resected.
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Figure 1. ERCP showing stricturing of the common and right hepatic ducts
with some involvement of the left duct at its confluence with the right.
hepatic duct extending up into the right hepatic duct, and
this was associated with a 2-cm mass. There was post-
gadolinium enhancement of the bile duct in the area of
abnormality, which is typical for cholangiocarcinoma
(Figure 2). No lymphadenopathy or liver metastases were
seen. A provisional diagnosis of hilar cholangiocarcinoma
was made. The clinical course was complicated by post-
ERCP pancreatitis, which settled before operation.
At laparotomy diffuse thickening of the common bile
duct, common hepatic duct, right and left hepatic ducts
and gallbladder was noted (Figure 3). There were no gall-
stones. Despite the gross thickening of the hepatic duct, it
was possible to dissect it free from the portal vein. There
was no invasion into the liver parenchyma. Frozen sections
of the common hepatic duct and the margins of the right
and left hepatic ducts revealed inflammation but no evi-
dence of malignancy. The extrahepatic biliary tree was
excised, and a Roux-en-Y hepaticojejunostomy was per-
formed with anastomoses to the left and right hepatic
ducts. The postoperative course was uneventful and the
patient was discharged on day 7. At the time of discharge
she had a raised peripheral eosinophil count of 0.57310
9/L
(normal <0.4). On follow-up at 2 months this value had
returned to normal, and she remained well. 
Histology of the extrahepatic biliary tree showed
marked thickening of the bile duct wall by fibroblast prolif-
eration and a transmural, mixed, predominantly eosinophil
inflammatory cell infiltrate (Figure 4). There was no evi-
dence of malignancy, although there was focal ulceration of
the bile duct epithelium and inflammatory/regenerative
epithelial atypia. A similar inflammatory infiltrate was
present in the wall of the gallbladder, but there were no
gallstones. Granulomas were not present. An intra-
operative liver biopsy did not show any substantial portal
inflammatory infiltrate or eosinophilia. Portal and cystic
duct lymph nodes contained a paracortical eosinophil infil-
trate. While small aggregates of fungi were present in the
bile duct lumen, there was no tissue invasion and so this
finding appeared to be related to the stent site. Candida
albicans was cultured from the biliary stent, and a 2-week
course of oral fluconazole was given.
Discussion
Eosinophilic cholangitis is a rare condition of unknown
aetiology, with six other case reports in the English litera-
ture (Table 1). It is another example of a benign condition
MS Rodgers et al.
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Figure 2. Gadolinium-enhanced MRI showing late enhancement of a mass at
the hilum with a dilated proximal biliary tree.
Figure 3. Gross specimen with common bile duct end-on in the foreground.
Eccentric thickening of the wall is evident.
Figure 4. High-power view of the bile duct wall with intense eosinophilic
inflammatory infiltrate plus regenerative atypia of the bile duct mucosa.
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that can mimic hilar cholangiocarcinoma both in clinical
presentation and radiological appearance. 
A number of series have highlighted this surgical
dilemma. In eight cases of non-neoplastic stricture at the
hepatic hilum mimicking malignancy, extensive fibrosis
was seen on histology but eosinophilia was not noted [1].
The point was made that strictures at the hepatic hilum do
not always represent malignancy. Wetter et al. [2] reported
that eight of 98 cases of focal common duct strictures were
benign. In a series of 14 benign proximal bile duct strictures
reported from Japan [3], the difficulty of distinguishing
benign and malignant aetiologies was emphasised; all of
these patients had fibrosis of the bile duct with an inflam-
matory infiltrate. It is probable that these benign hilar
strictures represent a spectrum of disease. Some may repre-
sent idiopathic fibrosis, others a form fruste of sclerosing
cholangitis. This case report demonstrates that eosinophilic
cholangitis is another disease process that may present with
the features of ‘malignant masquerade’.
Eosinophilic infiltration of the biliary tree was first
described in relation to cholecystitis [4], and a number of
reports have followed [5–7]. It is not unusual for
eosinophils to be present in an inflammatory infiltrate of
the gallbladder wall. However, it is unusual for eosinophils
to be the predominant cell type and even more so for
there to be an almost pure eosinophilic infiltrate. In 625
gallbladders removed over a 2-year period at the
Manchester Royal Infirmary, eosinophilic infiltration was
found in 16 [5]; however, an almost pure eosinophilia was
only seen in three. Whether this infiltration represents a
continuum of the disease or a separate entity is not
known. The authors proposed that it did not represent a
separate disease process but rather a variant of cholecysti-
tis, particularly as all three patients had gallstones. Yet the
current case illustrates that eosinophilic cholangitis and
eosinophilic cholecystitis can occur without gallstones and
therefore suggests a different aetiology. Underlying infec-
tion has also been suggested as a cause for the eosinophilic
infiltration. In two of the seven cases of eosinophilic
cholangitis, organisms have been cultured from the bile:
Enterobacter aerogenes in one patient [8] and Candida albi-
cans in our own patient. In each case, however, there was
instrumentation of the biliary tree: a percutaneous trans-
hepatic cholangiogram in the first and an ERCP and
placement of stent in the second. It is therefore likely that
these infections are secondary events rather than the
direct cause of the inflammation.
Other idiopathic eosinophilic syndromes are well recog-
nised. The idiopathic hypereosinophilic syndrome presents
with eosinophilic infiltration of the bone marrow and other
organs. Diseases of the cardiac and nervous systems are
most common [9]. There is no clear relationship with
eosinophilic cholangitis, which is not usually described as
part of this syndrome. Various types of eosinophilic infiltra-
tion of the gastro-intestinal and urinary tracts are also
described, including ureteritis [10] and gastro-enteritis [11].
These manifestations can be localised or diffuse and may
recur over time [11]. It is relevant that in three of the seven
cases of eosinophilic cholangitis summarised here there
were symptoms in organs other than the biliary tree,
namely the kidneys [12], ureters [10] and pericardium [13].
As the interval between presentations ranged from a few
weeks to 14 years, clinical follow-up is indicated in patients
with eosinophilic cholangitis.
The diagnosis of eosinophilic cholangitis is based on the
histological findings. The presence of a raised peripheral
eosinophil count may be a clue to the diagnosis, but this is
neither sensitive nor specific.
Four of seven patients with eosinophilic cholangitis had
a raised peripheral eosinophil count, but in the case pre-
sented here the count did not rise until after operation.
This condition may be self-limiting, and the role of cortico-
steroids is unclear. In one patient there was an apparently
good response to steroids [12], but in three others the con-
dition resolved without specific treatment [8,13,14]. As in
the present patient the diagnosis will often be made only
after an operation has been performed.
In conclusion, eosinophilic cholangitis is an unusual
example of ‘malignant masquerade’ at the hepatic hilum. It
can be associated with eosinophilia in other organ systems,
either at the same time or at a later date. Most importantly,
theclinicalandradiological findings areunable todistinguish
it from hilar cholangiocarcinoma. In the case of a high-grade
biliary stricture surgical exploration will still be required.
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